there were no other abnormal findings, in particular no evidence of iritis on slit-lamp examination.
Investigations: Hb 14-5 g/100 ml. WBC 9,300 (normal differential). ESR 35 mm in 1 hour (Westergren). Hb electrophoresis: Hb S 40%. ASO titre 75 units/ml. X-rays of hands, feet, knees and sacro-iliac joints normal, dental films showed congenital absence of upper lateral incisors. Knee aspiration: fluid grew no pyogenic organisms or tubercle bacilli. Synovial biopsy of right knee: no specific findings; hyperplasia of synovial lining cells with no excessive vascularity or increase in chronic inflammatory cells. CSF: protein 20 mg/100 ml, Lange curve 1232200000. WR negative.
Treatment and progress: He was treated with a ten-day course of penicillin. In January 1968 he developed a 1 cm ulcer on his left shin and pain commenced along the shaft of each tibia and the right ulna. X-rays ofthese bones were normal.
Comment
This boy presented with a painless effusion in each knee and missing lateral incisor teeth; because the latter is not uncommon in an otherwise healthy person and the other teeth were normal, this was probably an incidental finding. The subsequent pain along the shaft of long bones suggests periostitis; both this and the arthritis could be due to yaws or congenital luetic disease but because his' mother's Wassermann Xand Treponema pallidum immobilization tests were negative, and he comes from a rural area of Jamaica, it is more probable that his condition'is due to yaws. Woman, aged 25. Armenian Christian History: Born in Basra, Iraq; came to England in September 1966. First experienced effusions in knee-joints at the age of 12 years, but these subsided after a few months and caused her no further trouble until May 1966 when her right knee became swollen and painful. Four months later her left knee was similarly affected. Her only other articular complaint was in the temporomandibular joints.
She also compIained of recurrent attacks of abdominal pain and fever. These started at the age of 13 years, shortly after her first attack of arthritis in the knees had settled down. Since then attacks have occurred at intervals of 3-4 months every year up to the present. The pain is severe for the first 24 to 48 hours, subsiding spontaneously after about a week. In the intervals between these attacks she is free from any gastrointestinal symptoms. No cause had ever been found to explain these symptoms and no treatment had ever given relief. A brother, five years older, has had recurrent episodes of unexplained abdominal pain.
In December 1966, she was admitted to The London Hospital for investigation. Treatment andprogress: Temporary improvement followed repeated injections of 50 mg prednisolone trimethyl acetate into each knee-joint. The longest complete remission was almost three months. However, throughout 1967 there was a steady deterioration in both knees, punctuated by more severe episodes of arthritis; A synovectomy of the worse knee-joint was therefore carried out in December 1967 (Mr M A R Freeman).
Findings at operation: The unopened synovial membrane appeared grossly thickened and inflamed. Internally the synovium was less inflamed, and the cartilage looked healthy. There were two areas where granulation tissue had produced erosions, one penetrating to the level of the bone.
The histology of the synovial membrane was of a nonspecific inflammation with rather more numerous polymorphs than are usually found in rheumatoid arthritis.
A confident diagnosis of familial Mediterranean fever was made on the basis of the clinical picture, the ethnic origin of the patient and the positive family history.
Discussion
The natural history of the acute arthritis in familial Mediterranean fever is towards recovery, leaving no sequelk (Heller et al. 1966 , Sohar et al. 1967 . Even chronic attacks lasting up to a year show a remarkable propensity for complete recovery, although some develop secondary osteoarthritic changes. Synovectomy is, therefore, seldom if ever considered. However, the recurring attacks of disabling pain for twenty months persuaded us that it should be tried in the worse knee in this patient. The quite large erosion found at operation appeared to support this decision.
Following synovectomy she had a three-month remission and synovectomy of the other knee was being seriously considered when she complained of the gradual return of pain and swelling in the operated knee. She has since required further intra-articular corticosteroids to control symptoms in this knee, and it is now clear that no lasting benefit has been obtained from the operation. In addition she has recently developed painful arthritis of her right hip-joint with narrowing of the joint space on X-ray.
